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BBEJIEHHME

[TocTanoBka quarHo3a BpOXKJIECHHOTO T€HETHYECKOTO IETEPMUHUPO-
BaHHOTO MMMYyHOeuuTHOTO cocTosiHus (M /1C) crama BosMokHa Oma-
rozapsi BHEAPEHHUIO B MEIUIINHY HOBBIX TUAarHOCTHYECKIX TEXHOIOTHH.
[To manubM amepukanckoro Immune Deficiency Foundation, BpoxaeH-
ueie MJIC BcTpewaroTes B 4eThIpe pasa yarie mykoBuciaosa (FC-cun-
JPOM) — CaMOT0 PaclpOCTPAHEHHOTO HACJIEICTBEHHOTO 3a00IeBaHNUA,
1 TO COIMMOCTABUMO C YaCTOTOM OCTPOTO Jieliko3a 1 audoM y mereit. To
ecth aetu ¢ nepsuaHbiME NJ[C, kak npaBuiio, HAOMIOOAIOTCS U yMHpa-
0T C IPyTUMHU AUAarHO3aMH.

[To manHBIM TUTEpATypBI, HANOOJIEE YAaCTO BCTPEUAIOIINICS AEPEKT
B ITOTYJISAIIUN — HEAOCTATOYHOCTh TYMOPAJIbHOTO MMMYHHUTETA, 3 IMEH-
HO HemocTaTogHOCTh IgA. UacTora Betpewaemoctu nedekra 1:500, Ho,
KaK MPaBWIIO, HET KIIMHIYECKOW YeTKOH CHMITTOMATHKH Jie(heKTa,  ma-
[UEHTHI TIO)KUBAIOT J10 TITyOOKOH CTapOCTH.

Ha cerogusinuii AeHb cOTpyAHUKaMu beopycckoro rocy1apcTBeH-
HOTO MEIUIIMHCKOTO YHUBEPCUTETA BEPUPHUIIMPOBAH JUATHO3 ITEPBUY-
voro MJIC y 18 martueHTOB.

JaHHas kareropust JeTel HyKJaeTCsl HE TOIBKO B MEAUIIMHCKOMN pea-
OWIUTaNMH, B YACTHOCTH MMMYHOKOPPEKITUN 1 IMMYyHOpeaOnInTanuy,
HO W B COIMAJbHOW amanTanvu (COXpaHeHHe CONMAIbHBIX (YHKIHMA,
CBOMCTBEHHBIX BO3PACTY MAIHEHTOB).

OcHoOBHAas IPUYUHA OTCYTCTBHS B OOIIECTBE WHGOPMAIIUN O JINIIAX,
Y KOTOPBIX BCJIEACTBHE OOJE3HU WM TPaBMBI BOSHHKAET TO WJIM MHOE
OrpaHUYEHUE CBOMCTBEHHOM €ro BO3PACTY MPUBBIYHOMN JIE€SITEIHHOCTH,
B pe3yJIbTaTe 4ero YeIIOBEK HE MOYKET BBITIOIHATH CBOIO OOBIYHYIO COIIH-
aNBbHYIO POJIb, B TOM, YTO Pa3jIMYHBIE CITY>KOBI, 3aHATHIE 3TOH MpoodIie-
MO, He pa3padoTany 00IIETO YETKOTO OIIPEISICHUS TOHATHH «HApYIIIe-
HUE 37I0POBBS» U «OTPAaHUYEHHUE KU3HEACATEIHHOCTH.

Bonpmmme TpynHOCTH BCTpEHaroTCsl M MPH MPOBEIECHUH MEIHKO-CO-
UamsHOM dKcrepTH3sl Aeteit ¢ MJIC, ompeneneHnn CTETICHH yTPaTh
3[I0POBBS Y KOHKPETHOTO pe0eHKa. A OT 3TOTO 3aBUCHUT €To IporpaMmma
peaduIHuTanyy, ONpeaeICHIHe HEOOXOAMMOro 0O0hbeMa TOMOIIH, KOTO-
PBIN JIOJDKEH OKa3bIBAaThCs PEOEHKY-WHBAIHIY W B METUIIMHCKOM, U B
OBITOBOM, U B COIMANFHOM TUTaHe. [loaToMy HaMu mpesraraeTcst HHCT-
PYKIHS TIO TIPOBEEHUIO MEIUKO-COIMHAIBHON IKCIEPTH3Bl Y NETEH ¢



NNC, ocHoBanHas Ha «MeXIyHapOIHOW HOMEHKIIAType HapyLICHHH,
OTPAHNYECHHUH KU3HEIEATEIBHOCTH U COLUAIBHON HEJOCTAaTOYHOCTH.

B KOHTEKCTE OLEHKM 310pOBbS Hapyuienue — J00as moTepst Win
AQHOMAJIMsI TICUXOJIOTHYECKOH, (PU3MOIOTNYECKON MM aHAaTOMHYECKOH
CTPYKTYPBI MM (DYHKLIUH.

Ion oepanuuenuem srcusnedesmenvbHocmu B XapaKTEpUCTUKAX 310PO-
Bbs TIOHMMaeTCs JTI000€ OrpaHMYeHHE FITH OTCYTCTBHE (B pe3yJsbrare Ha-
PYIICHHSI) CIOCOOHOCTH OCYIIECTBIATh ACITCIBHOCTH CIIOCOOOM M B
paMKax, CUUTAIOLIMXCS HOPMAJIBHBIMU JUIsl YeJIOBEKAa JAHHOTO BO3pacTa.

OrpaHndeHue >KU3HENESTEILHOCTH NPeICcTaBisieT co00i OTKIIOHE-
HUE OT HOPMBI B TEpPMHHAX AEATEIbHOCTH WHJIMBUIA, B OTIMYHE OT
paboThl OpraHa WM MeXaHW3Ma. JTO MOHITHE XapaKTePHU3yeTCs upes3-
MEPHOCTBIO MJIM HEJJOCTATOYHOCTHIO B OOBIYHO OXKHAEMOM TTOBEIEHUHT
WX JESITENbHOCTHU, YTO MOKET ObITh BPEMEHHBIM HJIU TI0CTOSIHHBIM, 00-
PaTUMBIM WJIM HEOOPATUMBIM, & TAKXKE POrPECCUPYIOIINM I perpec-
cuBHBIM. OTpaHMUYEHHE JKU3HEAEATEIBbHOCTH MOXET BO3HHUKHYTH Kak
psMOE CJIEJCTBUE HAPYLICHUS MM KaK peakiys WHANBUAA, 0COOCHHO
TICUXOJIOTHYECKAs!, Ha (PU3MUECKOE, CCHCOPHOE WIIH JIPYToe HapyIleHNUE.
Takum 00pa3oM, orpaHUuEHHE KU3HENESTCILHOCTH TPEICTABISET CO-
0011 00bEKTUBHOE BBIPAKCHUE HAPYILCHHUS U B 9TOM KaueCTBE OTPAXKAET
paccTpoicTBO Ha yPOBHE JTMYHOCTH.

OrpaHndeHne JKU3HENCATEIBHOCTH XapaKTEPU3yeTCsl Ype3MEpHO-
CTBIO WJIM HEIOCTATOUYHOCTBIO NMPH BBINOJIHEHUHM NMPUBBIYHON AeATelNb-
HOCTH WJIM B MOBEACHHUHU, MOTYILEH ObITh BPEMEHHON MIJIM MOCTOSHHOM,
00paTuMoi WM HEOOPaTUMOM, TIPOTPECCUPYIOIIEH MM PerpecCHBHOM.
OrpaHu4eHne KU3HEACSITEIIbHOCTH MOYKET BO3HUKATh KaK IIPAMOE Clle/-
CTBUE HapyLICHHS WM KaK PeaKLusl HHIMBHA, OCOOCHHO IICUXOJI0THYe-
CKasl, Ha (PU3MUYECKOEe, CCHCOPHOE WIIH APyroe HapyiieHue. OrpaHuyeHue
KHU3HENISSITeIbHOCTH MPECTaBIseT cO00H 0OBEKTHBHU3AIMIO HAPYILICHHUS
Y B 9TOM KaueCTBE OTPaXKaeT pacCTPOHCTBO HA YPOBHE JINYHOCTH.

Kaxxaprit n3 kpuTepres )KU3HEAESTENFHOCTH (MOOMIIBHOCTD, CAMOO0-
CIIy’KUBAaHUE, OPUEHTALN, OOILEHNE, KOHTPOJIb 32 CBOUM ITOBEJCHUEM,
CIOCOOHOCTH K 00YYEHHIO, CTIOCOOHOCTh K TPYILY) MOKET HapyIIaThC
W30JIMPOBAHHO MJIM B KOMIUIEKCE C JAPYTMMH CHOCOOHOCTSIMH U BBI3bI-
BaTh Pa3IM4YHYIO CTENEHb COLMAIBHON HepocTarouHocTh. [TosTomy xa-
PaKTEpPHCTHKA >KU3HEACATEIBHOCTH TPEeOyeT CHelUalbHONW OLIEHKH TI0
KaKAOMY €€ KPUTEPHIO.



[lon conmanbHOM HEMOCTATOUHOCTHIO (CONMANBHON Je3aIanTarien)
TTOHMMAETCST HECTTOCOOHOCTH OOJTLHOTO UeToBeKa (BBITEKAOIIAs U3 Hapy-
neHust QYHKIMH U OTPaHUYCHHS YKUZHEICITEIILHOCTH ) BBITIOIHSTH 00bIY-
HYIO JUUIsI €70 TIOJIOKEHHS POJIb B JKU3HU (B 3aBHCHMOCTH OT BO3pacTa,
1oJIa ¥ COLMaIbHOTO MoNokeHus ). ConpaibHasi HeIOCTaTOYHOCTb Mpei-
CTaBJISIET COOOM colMau3aliuio OOJIC3HU U OTPAXKAET ¢ OBITOBBIC, COLIU-
AJIBHBIC 1 DKOHOMHNYCCKHE MTOCIICACTBU AJIA MHBAJINAAa U €10 KOHTAaKTOB
co cpenoii oouTanwus. CIIenCTBHE COITUATEHON HEOCTATOUHOCTH — Hapy-
IICHHE BO3MOXKHOCTH UHTErPAIIMH B OOIIECTRO.

CornmanpHasi HEIOCTATOYHOCTh OICHHBAETCS MO OOCTOSTEILCTBAM,
KOTOpBIE CTaBAT OOJBLHOTO B HEBBITOHOE TOJIOKEHHUE MO0 CPAaBHEHHUIO CO
310POBbIMHU. H?,MCPI/ITGJIHMI/I CO].[HaJ'IBHOﬁ HEAOCTAaTOYHOCTH ABJIAIOTCA
TaK Ha3bIBACMbIC KPUTCPHUU BBDKMBAHHWA: OPUCHTALIUA B OKPYXKAIOLIEM,
(m3ugeckas He3aBUCUMOCTh, MOOMIIBHOCTD, OOIICHHE (COITHaThbHas HH-
Terparys), 3aHATHsI, SKOHOMHYECKas He3aBUCUMOCTh. HecooTBeTcTBHE
JOOOMY M3 STHUX KPUTEPUEB BBI3BIBACT COIMAILHYIO HEOCTATOUHOCTD.

KOHULEITYAJIBHBIE KPUTEPUU NHBAJINITHOCTHU
Y IETEHW C IEPBUYHBIMU UMMYHOJIE®@UIIUTHBIMHA
COCTOSIHUsIMU

CoBpeMeHHas TeOpeTHIeCKast 0CHOBA peaOdMIUTAI[MH — KOHIICTIIIHS
TOCJeNCTBHM OoJie3Hm, pazpaboranHas skcriepramu BO3 u mpencras-
JIEHHasl KakK JOIMOJIHEHHE K MexXIyHapOoIHOH CTAaTUCTUYECKOW KJiiac-
cudpukaru Oonezneir (MKbB-9, MKB-10) B Bune «MexayHapoaHOH
Kiaccuuraum» u « HoMeHKIaTypbl HApyIICHHIA, OTpaHUYCHUN )KU3HE-
NESITSILHOCTU U COIUAIEHOM HE0CTATOUHOCTH.

B cootBerctBun ¢ 3axkonom Pecny6nuku bemapyck «O BHeceHUH
M3MCHCHHH U JOTTOTHeHHUH B 3akoH PecmyOmmku bemapych “O neHcnoH-
HOM obecrieuennu”’» ¢ 1 aBrycra 1999 1. conmanbHbIe IEHCHH I€TSIM-HH-
BaJIM/IaM B Bo3pacTe 10 18 neT Ha3HauaroTCs B pa3Mepax B 3aBUCHMOCTH
OT CTEIICHU yTPAThl 31I0POBBSI:

— I — 150% MuHHMAIBHOTO pa3Mepa MEHCUH 0 BO3PACTY;

-1 —175%;
— [II — 200%;
-1V —250%.

I[OKYM€HTOM, TNOATBCPIKAAONIUM WHBAJIMAHOCTb U CTCIICHL YTPAThI
30POBbS, SABJIACTCS BBIIIMCKA U3 aKTa OCBUACTCILCTBOBAHUS BO MPOBK.
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Onpeznenenrie HHBATUAHOCTH AECTAM 10 18 JI€T MPOBOIUTCS B COOT-
BetcTBHUH ¢ pazaenom I «Onpenenenre HHBATHIHOCTH OeTsIM» MHCT-
PYKIMH TI0 ompeenennto napaituaHoctu (1993 r).

B ocHOBY pa3pa®oTku KpUTEpHEB ONpENeeHNUs CTEIEHH HapyIlie-
HUS 37I0POBbsI I€TEH-NHBAJIMIOB MOJIOKEHA OIIEHKA CTETIeHW Hapyllle-
HUS QyHKIMH (C y4eTOM HMX BIUSHHS Ha BO3MOXKHOCTH COITHAJIBHOMN
azanTanuy peOeHKa).

I cmenens yTparhl 310pOBbs peOCHKA-UHBAINA OTIPENEISIeTCS pU
JIETKOM M YMEPEHHOM HapyIIeHHU (YHKIHHA, KOTOpbIe, cortacHo MHCT-
PYKIMH IO OMPEAEIEHUIO0 HHBAIUTHOCTH, SIBISIOTCS TTOKAa3aHUEM K yC-
TaHOBIJIEHUIO UHBAJIMIHOCTH Y peOeHKa, HO, KaK MPaBUIIO, HE TPUBOJASAT
K HeOOXOAMMOCTH OIPEeNIEHUS] HHBAUAHOCTH Y JIUIT cTapiie 18 yet.

1I cmenenwv yTparbl 310POBbsl YCTAHABINBAETCS NIPU HAJTMYNUU BbIpa-
YKEeHHBIX HapyIIeHUH (YHKIUNA OPTaHOB U CUCTEM, KOTOpPBIE, HECMOTPS
Ha MPOBEACHHOE JIEYCHNE, OTPAHNYUBAIOT BO3MOKHOCTH COLIMATBHOMN
ajanTanuyu pedeHKa. ITOT KPUTEPUil COOTBETCTBYET 3-i TpyIIe WHBA-
JUJHOCTH Y B3POCIIOTO.

11l cmeneHb yTpaThl 3I0POBBSI COOTBETCTBYET 2-i TPyTIIIe HHBAIU/I-
HOCTH y B3pOCJIOTO.

1V cmenenb yTpaThl 370POBBSI ONMPEIENSETCS TMPU PE3KO BBIPAKEH-
HBIX HapymeHusX (QYHKIUI OpraHoOB W CHCTEM, TPUBOSIIMX K COIIU-
aNbHOM e3afanTtanui pebeHkKa Mpu yCIOBUH HE0OpaTUMOTO Xapakrepa
MOpakeHUs: U HeAPPEKTUBHOCTHU JICUCOHBIX U PCaOUIUTAIIMOHHBIX ME-
POTIPUSATHIA, COOTBETCTBYET |- rpyTIIie MHBAIUIHOCTH Y B3POCIOTO.

Hetn ¢ U/IC — 510 nutia ¢ BEIpa)KeHHBIMU OT PAaHMYEHHUSIMH KU3HEH-
HBIX M CONMANBHBIX QpyHKIMH. [Ipr3Hanue 6016HOTO peOCHKOM-HHBAIIH-
JIOM JIOJKHO ©a3MpOoBaThCS HE TONBKO HA IMAarHO3€ KaK TaKOBBIM, HO U
Ha BO3MOKHOCTSIX METUITMHCKOM M CONMAIbHON peadbminranuu. MHaBa-
JUJHOCTH UM OTIPE/IETISIETCS, MPEXKIE BCETO, [T COIMATIbHOM 3alUTHI.

OCHOBHBIMH KPUTEpPUSMU WHBAJIUIHOCTH y JETEH C MEPBUYHBIMH
N/C sBrsrorcst:

— IPOTHO3 JIJIs )KU3HU (OIaronpusTHBINA, HEOIAarONPUATHBIN );

— TIPOTHO3 JUTISI BBI3IOPOBIICHUS (BOZMOYKHO BBI3JIOPOBIICHHE, BO3-
MOYKHO yJTydYIlIEHHE);

— CTEeNeHb BBIPAKEHHOCTH HMEIOIINXCA OTPaHUYCHUH >KU3HEAed-
TEJIHHOCTH M COIMATILHON HEIOCTATOYHOCTH.



Opnnako muarxno3 nepsuaHoro M/IC anpropHO mpemamoiaracT HEBO3-
MOYXHOCTH BBI3ZIOPOBIICHHS, JIUIIH YIYUIIEHHE COCTOSHUS (TOJIBKO TPHU
HaJIMYAM OTPAHUYEHHBIX JE(PEKTOB M PErIaMEHTHPOBAHHOM JIEYECHHH,
YXOJIE M COMATFHON aanTarun). VIcXoms u3 JaHHOUM KOHIICTIIINH, ETEeH
¢ BpoxxaeHHbIME niepBuaHBIME UJIC criemyeTt cpasy ke Ipu yCTaHOBIIE-
HUM JIMarHO3a CPOKOM 10 18 neT mpu3HaBaTh peOSHKOM-HHBAINIOM.

[Ipu »TOM CcTemeHs yTparhl 370pOBhs y pedenka-unBamuaa ¢ MJC
onpexensiercs I, 111 wmum IV B 3aBUCHMOCTH OT HO30I0THYECKON (POPMBI
3a00J1eBaHMs U MTOCIEACTBHH, MPUBOISAIINX K OTPAaHHUCHHIO )KU3HEACs -
TEJBHOCTH peOeHKa U COIMaIbHON HEIOCTaTOUHOCTH.

VY nereit ¢ nepsuunbiMu UJIC KHU3HEEATENBHOCTh PE3KO OTpaHu-
YeHa, MPOTHO3 JUIA KU3HU Yallle BCEro HeOIaromnpHsTeH, MOCKOJIBKY
BBI3JIOPOBJIICHUE HEBO3MOXKHO, & MEPOIPUATHS, YIYUIIAOIINE COCTOSI-
HUe peOeHKa, MOBBIMIAIOIINE KA9Y€CTBO €ro )KU3HH, TPYIHOBBITIOTHIMBI
13-3a TPYAHOCTEH B OpraHM3alH BHICOKO CHEUM(UUECKUX U BBICOKO-
KBaJTM(PUIUPOBAHHBIX JIe4eOHO-INATHOCTUYECKUX TEXHOJIOTHH (THOTO-
Ouonormyeckast U30JSIIHS, TPAHCIDIAHTAIMS KOCTHOTO MO3T'a, TeHHO-HH-
KEHepHast KOPPEeKIHs U T. 11.).

KIMHUKO-UMMYHOJIOI'MYECKHUE KPUTEPUN
JANATHO3A IEPBUYHOI'O UMM YHOJE®PUIIUTHOT'O
COCTOsIHUA

I. AHaMHecTHYECKIE KpUTEPUH:

1. Madexnnonnbie (MOJUTOMHBIC WH(GEKITNH, BCEBO3MOXXHBIC 00BIY-
HBIE, YacTO PEeUUANBHUPYIOMNE WHPEKINH, TSHKEIO MpOoTeKarolne, He
TTOTAIOTITAECS TePAITHH; HHPEKIIUN TTOCIIC TIPUBUBOK).

2. AyroumMyHHBIC 1 TEMonponrdepaTHBHBIC 3a00ICBAHIIS.

3. YacToTa BCTpEUaeMOCTH yKa3aHHOTO MPU3HAKA B CEMBE.

4. I'mmomnasus TUMGOUIHBIX OpraHoB (TUMyca, JTUM(OY3IIOB,
MUHJAJIH).

5. Hapymienue u 3amepikka pa3BuTHs peOCHKA.

Hamubomnee gacTo BcTpevaronuecs HapyueHns py THHHBIX JJabopaTop-
HBIX ITaPaMETPOB: JICUKOTICHNU S, TUMQOIIEHUS, JO3HHHODMINS, CHUKEH-
Hasi peakTuBHOCTH Ha BIDK.

Wcxonpl HapymeHnH (GYHKITIHH MMMYHHOW CHCTEMBI: aJUICPTHS, OITY-
XOJIEBBIC, TeMAaTOJIOTHICCKHE 3a00JIeBaHUs, OpraHHbIe AeheKTHI (Pudpo-
3BI U T. 11.), BUY-unbexIms.



1I. Knuanko-11ab0paTopHbIe KPUTEPHUU:

1. ITpu momo3penHwy Ha nePekThl T-cHCTeMBl — BHYTPHUKOXKHBIC TEC-
ThI ¥ (PYHKLIHMOHAJIbHAS in Vitro IMarHoCTHUKa — HPOTOYHAS IUTOMETPUS
(CD-mapxkepsl, anturensl I u Il kmacca MHC, aHTHUreHHBIE pelienTOpbI
ab, yb, aaresusnbie nporeunsl (CD2, 11a, 18), nponaudeparuBubie Tec-
Thl C MUHOT€HAMH M aHTUT€HAMHM, [IMTOKUHOANArHOCTHKA, SKCIIPECCUs
T€HOB, CHTHAJIbHAS TPAHCIYKIIUSA).

2. Ilpu nomo3peHnn Ha HapyIIeHHue GyHKINH B-cHCTeMbI — KoJTide-
CTBEHHOE OTIpeieNieHre o0mux nMMyHorooynnHoB G, A, M, E, cexpe-
TopHbIX IgA, onpenenenue [gG cyOknaccos, coornomenus Igl/1g2, onpe-
nenenue crenuguueckux anturen (IgG/1gGl — nHa nporteunsl, tetanus,
1gG/1g(G2 — Ha monucaxapuibl, THEBMOKOKKOBBIE aHTHTeHbl, AB-n3ore-
MarnmoTuHuHED): utometpust (CD19, sig-, kappa-, lambda-iierm).

3. Ilpu nopo3peHnn Ha Ae(EKThl CHCTEMbl KOMIJIEMEHTa — KOJIU-
YECTBEHHOE M Ka4€CTBEHHOE OIPEACICHNE KOMIIOHEHTOB U (haKTOPOB
KJIACCUYECKOTO U aJIETEPHAaTUBHOIO MMyTEH aKTUBALMH, KOJINYECTBEHHOE
onpeneneaue Clq-uHruouropa.

4. Ilpu nono3peHnn Ha Ae(EKThl TPaHyIOIHUTAPHBIX KIETOK — KO-
JINYECTBEHHBIN W KaueCTBEHHBIN aHan3 (MOP(HOJOTUs KOCTHOTO MO3Ta
1 HAJINYWE aHTUTPAHYIOLUTAPHBIX aHTUTEI, aIT€31sl, XEMOTaKCHUC, KIJI-
JIHT, TUTOMETPHSL).

Tuns! ntMMyHOAE(UUIMTHBIX 3a00JIeBaHUN OTpaxkeHb! B [Ipunoxenun.

KPUTEPUU MEJIUKO-COITUAJIBHOM SKCITEPTU3BI
JIETEN C TIEPBUMHBIMA UMMYHOJE®ULUTHBIMHA
COCTOSIHUsAIMU

[Ipu mpoBeaeHUN MEIUKO-COLMATBHON PeaOUINTAMA UHBAJIHIHO-
cru y aereit ¢ nepsuuHbiME MJIC HE0OXOOAMMO YUHUTHIBATE:

1. YpoBeHnb nedexra, CTeneHb KOPPETUPYEMOCTH METUIIMHCKUMHU
TEXHOJIOTUSMH, MEIUIMHCKUNA MPOTHO3, TO €CTh BO3MOXKHOCTH MEIH-
LUHCKOW peadMINTalH U MPOQUIAKTUKHI OCIIOKHEHHUH.

2. BO3MOXHOCTH COLMATIbHOM peaOMIMTAMK MOCIEACTBIH nedek-
Ta, OCJIO)KHEHHH, BBI3BAHHBIX HapyLICHUEM (QYHKIHMH JAPYTHX CHUCTEM
KHU3HE0OECTICUCHHS BCIIEACTBUE JAHHOTO Je()eKTa, IPUBEALIHNE K COLU-
QJIBHOU J1e3ajanTalnu.

Onenky Tsokectu nepsuuHoro MJ/1C maer nevamuii Bpau, neauarp,
MMMYHOJIOT.



3a OCHOBY OepeTcsi MeXayHapomaHas KiacCH(UKAIMSI MEePBUIHBIX
NeGeKTOB UMMYHHOM CUCTEMBI, OTPaHUYCHHSI KH3HEICATEIILHOCTH, CO-
nuanpHas jesanantanus. [Ipy HaATUYMK MHOXECTBA HAPYIICHHUH, YTO,
KaK IMPaBUIIO, UMEET MeCTO IpH BpoxkaeHHBIX Y JIC, BBIIEIAIOTCS OCHOB-
HbIE, HanOoJIee Ba)KHBIC.

MeanumuHCKHE MOKA3aHUS, TPH KOTOPBIX pedeHoK
¢ MepPBHYHBIMM HMMYHO1e(UUHMTHBIMH COCTOSTHUSIMH
a0 18 jeT npu3HaeTcs: HHBAJINIOM

[Tpu3HaHue 6OIBHOTO PeOSHKOM-UHBAIMIOM U OTIPE/ICIICHUE Y HETO
CTETIEeHU yTpaThl 3710pPOBbs MPOBOAUTCS pernoHanbHbiMu MPOK Ha oc-
HOBaHHUM CTETIEHU BBIPAXEHHOCTH U TSDKECTH e(eKTa HMMYHHOH CHC-
TeMbl 1 00bEMOB crienn(pUIECKO IMMYHOKOPPEKIIHH.

[Ipu UJIC crnenyeT BBIAENATH KINHUYECKHE KaTETOPHUH, IPUIEPIKHU-
BasiCh OOIIETIPUHSTON Ipagalum:

I. H — Her cuMnromos.

II. A — cnabo BeIpa’keHHBIE CHUMITTOMBI.

III. B — ymepeHHO BbIpa)Ke€HHBIE CUMIITOMBI.

IV. C — 1spxenas cumMnToMarHka.

[Ipu3Hanue peOCHKOM-MHBAIMIOM Ha CPOK OT 6 Mec. J10 2—5 JIeT Ipe-
onaraeT BO3MOKHOCTh BOCCTAHOBJIEHUS MJIM 3HAUUTENILHOTO YITyUILIEHUS
HapyIICHHBIX (DYHKIHH, BO3BpAIEHHE OOIBLHOTO K MOIHOIICHHON KHU3HH.

Tem He MeHee, HATMYUE MTEPBUYHBIX UMMYHOAE(PHIIUTHBIX COCTOS-
HUU y mereii B Bo3pacTe 10 18 JeT mpu mpoBeIeHUH METUKO-COITHATh-
HOM KCIEPTU3bI HE IPEyCMaTPUBACT YCTAaHOBICHHE HanOoJiee JIETKOH,
I crenenu yTpars! 310pOBbSL.

Il cTenenp yTparhl 340pOBbs OIpENENIETCS B TEX Clydasx, Koraa
BO3MOYKHO MCYE3HOBEHHUE WJIM 3HAUNTEJIbHOE YMEHBIIIEHHE BOZHUKIINX
[OCJIC OTepalui HapyeHUH QyHKIMH, MaTOJIOIMYSCKUX COCTOSHUN U
OTpaHWYECHHUN )KU3HEIESITEIbHOCTH IIPH aIeKBATHON CIIEUAIN3UPOBAH-
HOH Tepanuu.

BpoxaeHHble U HaciIeACTBEHHBIE 3a00JIEBaHMS UMMYHHOM cucTe-
MBI, IPUBOASIIME K YACTUYHOMY HapYIICHHIO KU3HEIEATeIbHOCTH 0e3
MPU3HAKOB COLIMAIBHON Jie3a/lanTalliil,— TOYEUHbIE, CEJICKTUBHBIE JIe-
(exThI (TyMOpasibHas HEJOCTATOYHOCTh CEKPETOPHBIX [gA).

III cremenp yTpaThl 3MOPOBbSI ONMPEACIISIOT NETAM ¢ neerTaMu nM-
MYHHOH CHCTEMBI, P KOTOPBIX MMEETCsI HEONPENEICHHBIN MPOTHO3:



TpeOyeTcsi dTAaHOE, MOBTOPHOE JICYCHHUE U PeaOHIIMTAIMs], UMEIOTCS
YMEPEHHOW CTETICH! BBIPAKEHHOCTH HAPYIIEHHUS, IPUBOJISIINE K YMe-
PEHHBIM OTPaHUUYCHHSM >KU3HEACATEILHOCTH U COIMAIILHON HElT0oCTa-
TOYHOCTH.

IV crenenb yTpaThl 3710pOBbs HA3HAYAETCS] PEOCHKY € BPOXKICHHBIM
nepBuaHbiM MJIC mpu BhIpaKeHHBIX HAPYUICHUSIX, TPUBOISIINX K yC-
TOWYHMBBIM OTPAHUYCHUSIM JKU3HEIESITEIBbHOCTH, OTCYTCTBHU IIAHCOB
Ha BBI3IOPOBJICHUE WIIM 3HAYUTEIBHOE YITydllleHHue (YHKIMHA OpraHa,
HapacTaolleM OTPaHUYCHUH JKU3HEESITEIbHOCTH, OeCIepCIeKTUBHO-
CTH JICUCHUSI U peaOMIIUTAIIHOHHBIX MEPOTIPUSITHH.

Hwxe npuBonsitcst Haubolnee yacteie HapyuieHus:, GyHKIUH, orpa-
HUYMBAIOIIUE JKU3HEAEATENFHOCTh pebenka ¢ mnepBuunbivu MJIC,
KOTOPBIE Ha PSY C IMMYHOJIOTHYECKIUMU HAPYIICHUSIMH SIBJISTFOTCS KPU-
TEPUSMH IMarHo3a U CIIOCOOCTBYIOT YCTAHOBJICHUIO OIPEICTICHHOM CTe-
TIEHH yTPATHI 3/I0POBbsI B 3aBUCHMOCTH OT CTETICHU MX BBIPAKEHHOCTH.

1. YMCTBEHHBIE HapyLICHHUS:

— Pa3IMYHOH CTENEeHHN BBIPAYKEHHOCTH YMCTBEHHAS OTCTAJIOCTh;

— J[pyTue HapyIICHUs] UHTEIJICKTA.

2. [lcuxonoruueckue HapyIIeHNSsI:

— paccTpoiicTBa BOCHIPUSTHS U BHUMAHHS,

— HapyLIeHus Mo0yXIeHUH;

— HapyllIeHUE IMOIUH, IMOIIMOHATBLHON peaKkilnu;

— HapylleHHe HOPMBI TIOBE/ICHHSL.

3. SI3bIKOBBIE U peueBbIC HAPYIIICHHS:

— mm3aptpus (Oyms0apHast, IceBno0yIb0apHas, MOIKEUKOBAS, SKCTPa-
MUpaMHUIHA );

— ananus (MOTOpHAsI, CCHCOpHas);

— adasust (MOTOpHAs, CEHCOpPHAs, aMHECTHUICCKAs);

— 3aMKaHue, HECTIOCOOHOCTh POUHECTH (hpa3y N3 HECKOIBKUX CIIOB.

4. BucnepaibHble U MeTaOONIWYECKHE HapyIIEHHUs, PacCTPOHCTBA
MUTAHUS:

— HapyUICHUE: KapHOPECIHPaTOPHON QYHKIIUH W KapAuOpecupa-
TOpHBIE aHOMAITUH;

— HapyllleHHe THIICBAPUTEILHBIX (DYHKIIUIA;

— HapyuieHue QYHKIUH ITeYeHH, TIOYeK, MOueBOW (DyHKIIMH, pernpo-
JNYKTUBHOM (DyHKIHH;



— HapyIIeHHE KPOBH U UMMYHHOU CHCTEMBI;

— IpyTHue BUCLIEpaJIbHBIC M METAa0OIMUYECKUE HApyLLIEHUs H PacCTPO-
CTBa MMUTaHUS.

V nereit ¢ UJIC MoxeT BCTpedaThest:

— Pa3IMYHON CTENEHH BBIPAKEHHOCTH JbIXaTeIbHas HEJJOCTATOUYHOCTS;

— Cep/IeYHO-COCYIMCTAasA HEIOCTATOYHOCTh C HAPYIIEHUSMH Cep/ICIHO-
TO PUTMa, COKPATUTENbHON (DYHKIIMH MHUOKap/a, HApyIICHUIMH PETrno-
HApHOTO KPOBOOOPALIEHHS C Pa3BUTHEM TPO(PUIECKUX PaCCTPONCTB;

—3a00J1eBaHuUs CBA3aHHBIC C HAPYILICHUSMH IUTAHNS, CONPOBOXKAAI0-
muecs 1e(UIUTOM Beca U OTCTaBaHHEM B (PM3MUYECKOM Pa3BUTHUH;

— obocTpeHue XpOHUYECKOro MueIoHepuTa, TpeOyIOIero JITUTEb-
HOU aHTHOAKTEpUAILHOW TepaIuH;

— COCTOSIHMSI, CBA3aHHBIE C ylaJeHHeM (IOJHBIM WJIM YaCTHYHBIM)
OpraHoB, TPAaHCIUIAHTAIIUEH;

— CTOWKO BBIP&KCHHOE HapylIeHHE (YHKIHM MOYEK, BBICOKAs CTeE-
MeHb AKTUBHOCTH MATOJIOIMUYECKOTO MpoIiecca B TOYEUHON TKaHH;

— moMepynoHeduT, TpeOyIomui UTENsHOHI (Ooee 3 Mec.) UMMy~
HOCYNPECCUBHOW, AaHTUKOATYJISIHTHOW U aHTUArPEraHTHON TEPAIINH;

— MaTOJIOTMYECKUE COCTOSIHUSA, 00yCIoBIIeHHbIE TU((Y3HBIMU TOPaA-
KEHHAMH COEIMHUTEIIBEHOW TKaHH, C BBICOKOHM CTENEHBIO aKTHBHOCTHU
npouecca doinee 3 mec.;

— MATOJOTMYECKHE COCTOSHUS, OIPAaHMYMBAIOLINE KU3HEIEATENb-
HOCTB 3200JIEBILIETO0, TPEOYIOIIUE [UTUTEIHLHOTO JICYSHHU S TITIOKOKOPTHKO-
CTepOMJIaMH MJIH IIUTOCTATUKAMU;

— TaTOJIOTMYECKHWE COCTOSHHUS, OOYyCIOBIEHHBIE JTUTEIHHBIM
MIPUMEHEHUEM CHIIBHOACHCTBYIOIUX MPENaparoB, HA3HAYAEMBIX I10
KM3HEHHBIM MOKa3aHMsM, JUIMTENILHOCTBIO Oonee 3 Mec., Tpelyromue
TepaneBTUIECKON KOPPEKLUNH (BbIpaKeHHbIE 0OMEHHBIE, IMMYHHbIE, CO-
CYAHCTBIC TIOPaKCHUSI, U3MEHEHUS (POPMYIIBI KPOBHU H JP.).

5. JIBurarenbHble HAPYLICHUS:

— JIBUTATEJIbHBIE HAPYIICHNUS TOJIOBBI U TYJOBHIIA;

— JIBUTATEIIbHbIE HAPYIIEHHs BCJIEACTBHE IOJHOTO MM YaCTHYHOTO
OTCYTCTBHSI OJHOM MM OoJiee KOHEUHOCTEH;

— HapyllIEHUE MPOU3BOJIBHON MOJIBUKHOCTH BEPXHEHN U HIKHEH KO-
HEYHOCTH;

— KOMITJICKCHOE HapyIIeHNE ABUTaTeIbHON (QYHKIMH U APYTHE ABH-
rarejbHble HapYIICHHUS.
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OtnocutenbHO aereii ¢ MJIC nBuraTenbHbIe HAPYIICHUS MOTYT BO3-
HUKaTh MIPU:

— 3aJIepKKE JIBUTaTeJIbHOTO Pa3BUTHUS JIETEN paHHETO BO3PacTa;

— Tapesax, napaiuyax B OJJHOM WJIM HECKOJIbKUX KOHEUHOCTSX, CO-
XPAHSIOIINXCS B TEUCHUE 2 WK O0JIee MECSIIEB;

— aTaKCHH;

— TMNEPKUHETUYECKOM CUHAPOME, MPUBOISAIIEM K YACTUYHOM yTpa-
Te (PyHKIINYU KOHEYHOCTH I €€ CETMEHTA,

— HapylIeHUSX KOOpAUHALNY;

— KOHTpaKTypaxX CyCTaBOB KOHEUHOCTEM.

OI'’PAHUYEHMUE KUBHEJAEATEJIBHOCTHU

OrpaHnueHus KU3HEACSITeTLHOCTH BKIIFOYAIOT BO3PACTHBIE 0COOEH-
HOCTH peOeHKa M Ype3MEePHOCTh MIIM HEAOCTATOYHOCTh B BHITIOJTHEHUHT
HambOosee BaXHBIX (OPM AESITETHHOCTH W TOBENEHUS, CBA3aHHBIX C
MTOBCETHEBHOM )XU3HBI0. OTpaHNYEHUS MOTYT OBITH CBSI3aHBI CO CHUKE-
HUEM HITH YTPaTOl paHee MPUOOPETEHHBIX HABBIKOB WM 3aMe/IJICHHEM,
3aJIepP)KKON MIT OCTAHOBKOW MX IPHOOpETeHUs. BRIACTSIOT cieayronue
OTPaHWYCHHUS JESITeTbHOCTH JIeTeH:

1. CHmkeHne CIToCOOHOCTH aJeKBaTHO BECTH ceOsl.

OrneHka 3aBUCUT OT TSDKECTH W YacTOTHI HAPYIICHWH ITOBEIEHUS.
CHmXeHa CrioCOOHOCTh TIOHUMATh, TPUCTIOCA0NIUBATHCS K OIpE/IesIeH-
HBIM CHUTYAIUsIM, BRIHOCHTB HEOIaronpuaTHbeIe (DaKTOPhI OKPYKaromeit
cperpl, COOMOAaTh JMYHY0 0€30MacHOCTD; CYIIECTBYET 3aBHCHMOCTh
MIPOIOIDKEHHS KU3HU U aKTUBHOCTH OT CHEIHaIbHOTO 000PYI0BaHHUSA,
CHETMAITFHBIX MTPOIENYP WU JiedeHHs (TIepEHOCHUTD XOJIOI, JKapy, SIPKOe
OCBEIIIEHHUE, TThUTh, PA3JIMYHBIEC aJlJIEPTeHbl, 3aBUCIMOCTh OT BHEIITHETO
WJIM BHYTPEHHETO MEXaHUIECKOTO YCTPONCTBA, OT CIIEINAIEHOM TUETHI,
OT CTHEeNHUaIHHOTO YXO/Ia U T. 1I.).

2. CHIKeHHne CIIOCOOHOCTH O0IIATHCS C OKPYIKAIOIIAMH.

CHmxKeHa criocoOHOCTh O0IIATHCS, UCIIONB3YsI KaK BepOaTbHbIE, TaK
1 HeBepOaIbHbBIE METO/IBI: CHIYKEHA CIIOCOOHOCTh TIOHUMATh PeUb, IIACh-
MEHHBIN SI3BIK; OTCYTCTBHE, 3a/IepKKa FIIM HAPYIICHNWE Pa3BUTHUS PeUr
WJIHM yTpara ClIOCOOHOCTH Pa3roBapuBarh, BUIETh, CITYIIATh, 00y4aThCs.
JleTr MOTYT MIMETh KaK COITHAIbHBIE TIPOOIEMBI B3aNMOICHCTBUS, TaK U
HapyIIeHUs B TIOBEACHUN.
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3. CHIKeHHE CIIOCOOHOCTH TIepeIIBUTAThCS.

YauTHIBaIOT (QHU3HYECKHE BO3MOKHOCTH peOCHKAa XOIUTh, Oerars,
KOOPAMHUPOBATH CBOM JIBHIKEHHS, TIPEOIONICBATh MPEMSTCTBUSI, MOAHMU-
MarhCsl TI0 JISCTHHIIE, BCTaBaTh HA KOJICHH, HU3KO HArnOaThes, MojIep-
JKHBaTh 103y, YIPABIAThH MOJOKEHUEM Tela, BCTaBaTh C MOCTEIH, CO
CTYJIa, JIOKHUTHCS, CAAUTHCS, MEHSTh TTOJIOKEHUE B TTOCTEIH.

4. CHWKEHHE CIIOCOOHOCTH JCUCTBOBATh PyKaMHU.

CHMXeHa CrIOCOOHOCTH JIEHCTBOBATh PyKaMHM, IPUKACAThCS Majiblla-
MU, MaHUITYJIUPOBATh MajbllaMH, 3aXBaThIBATh H YACPKUBATh MPEAMET,
MOJHAMATH TPEJIMET, JIepXkKaTh, I0CTaBaTh, ACUCTBOBATh PYKOH, mepe-
JIBUTATh TPEIMETHI.

5. CHMXeHne CIOCOOHOCTH BIIAIETh TEJIOM ISl pEIIEHHUS TOBCETHEB-
HBIX OBITOBBIX 3aJ1ad4.

CHmKeHa CroCOOHOCTh BECTH HE3aBHCHMOE CYIIECTBOBAHHUE JOMa
(urparp, yOupars MocTenb, KOMHATY, MOJIb30BaThCsl OBITOBBIMU MPHOO-
pamu, TyaJIeToM), a TaKXKe BHE JIoMa (XOJUTh B Maras3uH, JeTCKUN cajl,
IIKOITY, OJIh30BAThCs 0OIIECTBEHHBIM TPAHCIIOPTOM, Y4aCTBOBATh B UT-
pax, 3aHUMAThCSI CTIOPTOM).

6. CHMXKEHUE CIIOCOOHOCTH YXaXKMBaTh 33 COOOH.

CHmxeHa criocoOHOCTh €CTh, MUTh, YMBIBAThCS, YUCTUTH 3yObI, Oj1e-
BaTbCsl, YNPaBISATh (DU3UOIOTUYESCKHMHU OTIPABICHUSMH, COOIIONATH
JUYHYIO TUTHEHY.

Onpe;le.ﬂe}me CTCIICHHU TAKECTH OIrPAHUYCHUSA
KU3HEACATCIBbHOCTH

BrinenaroT cneayronmuye CTENEHN TSHKECTH OrPaHUYEHUs )KU3HEIes-
TEJIbHOCTH:

1 — neekas: HE3HAYUTENBHOE OTpPaHHUYCHUE, TIPU 3TOM PEOCHOK
MOJKET BBITIONHATD JACUCTBUS WIIK BECTH Ce0s CAMOCTOSITEILHO, HO C 3a-
TPYAHEHUSIMU TPAH3UTOPHBIMU, HEYACTHIMHU.

1l — ymepennasi: NeCTBUS BBITIOIHSIOTCS C TPYIOM, HEOOXOAMMA T10-
CTOPOHHSIS1 TOMOILb WJIA UCTIOJIB30BAHUE BCIIOMOTaTeJIbHBIX CPEICTB.

11l — mscenas: MONHAs 3aBUCUMOCTB OT OKPYXKAIONIMX, HE00XO-
JMMa TOCTOSIHHAsA MOMOILb APYTMX JIML, TMOCTOSHHOE HCMOJIb30BaHUE
BCIIOMOTaTEIIbHBIX YCTPOWCTB, MOJHAS HECIIOCOOHOCTh OCYIIECTBISTh
KaKyI0-JIH0O JESITeTbHOCTh, CYIIIECTBOBAHUE TOJIBKO B MPUCIIOCOOICH-
HOM OKPY’KEHHH.
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Ha ocHOBaHMM KIMHHYECKOTO HAarHo3a, CTETEHH KIMHUYECKOH
BBIPQKEHHOCTH, aKTUBHOCTH OOJIE3HHM, XapaKTepa BBISBICHHBIX Hapy-
LIEHUH, OTPaHUYEHHUH KU3HEIEATEIbHOCTH OMNpEeseTcsl MPOTHO3 B
COOTBETCTBHH CO IIKAJIOW PyOPHK MPOTHO30B.

[Iporxo3 (BoccTaHOBICHNUE YTPAUCHHBIX WM HEPA3BUTHIX (PYHKIIMHN)
y ZeTel HepBBIX JIET KU3HU MOXKET ObITh HEONPEIEICHHBIM: BO3MOXK-
HO TIOJTHOE BOCCTAHOBJIEHHE, a BO3MOYKHO 3HAYMTEIHHOE YIydIlIeHHE.
WHBanu OTHOCUTCS K COOTBETCTBYIOIIEH PyOpHKE B COOTBETCTBUU C
MIPOrHO30M €r0 OIpPaHUYEHUH JKU3HEJESITEIbHOCTH, a HE C MPOTHO30M
JISKAIIETO B €M0 OCHOBE HapyILIEHMUs, OTHAKO HEPEAKO OHU TECHO B3aH-
MOCBSI3aHBl. BBIIEISIOT cieyromue BUAbI IPOTrHO3a:

— BO3MO)KHO BBI3JIOPOBIICHHE;

— BO3MOJKHO YIyYIIIEHHE;

— IMEETCs yCTOMYMBOE OTpaHNYEHHE KU3HENEATEIbHOCTH;

— UMeeTCs HapacTarollee OrpaHYeHHE KU3HEIEATEIbHOCTH;

— HEONPEIEIEHHBIN TPOTHO3.

COIMAJIBHASA HEAJOCTATOYHOCTD

[Ipu mpoBeEHUU MEIUKO-COIUAILHON DKCIEPTH3bl OTMEUAOTCS
OTPaHWYCHHS, UMECIOIINE PeIlaloliee 3HaueHUe Ui OOeCTIeUeHHs Ka-
YecTBa JKM3HU PEOEHKa, OCIOKHAIOIINE TOJTHOIICHHOE €r0 y4acThe
B JKM3HH KOJUIEKTHBAa W ceMbh. OTpakaeTcsi B3aMMOACHCTBUE MEXTY
CoMaJIbHbIMHA YCJIOBHUAMU WM OXXKUITAHUAMHU U COCOOHOCTIIMH HWHION-
Buayyma. ColyalibHasi HeIOCTaTOYHOCTh JaeT MPEJACTaBIeHUE O BCEH
CJIO)KHOCTH W HEYJI00CTBax COIMAJIbHOTO XapaKTepa B MOJOXKECHUU pe-
OCHKa-UHBAJIN/IA.

1. Orpaanuenne GU3NICCKON HE3aBUCUMOCTH — OIIEHUBAETCS CITO-
COOHOCTH BECTH MPUBBIYHOE, COOTBETCTBYIOIIEE BO3PACTHBIM CIIOCO0-
HOCTSIM CYII[ECTBOBaHUE.

2. OrpaHu4eHue K MepeMeIeHHI0O — OrPaHUYCHUE CIIOCOOHOCTH HMH-
BaJIK/Ia BO BPEMEHH U pacCTOSHUH (D (DEKTUBHO MIEPEIIBUTATHCS, MOXKET KO-
71e0aThCs OT HETTOCTOSTHHBIX OIPAHUYCHUH 10 ITOTHOM HETIOIBUKHOCTH.

3. OrpaHuYeHHE CIIOCOOHOCTH 3aHUMAThCS OOBIYHOH JesTeNb-
HOCTHIO — HECIIOCOOHOCTh MJIM PE3KO OTPaHUUYCHHAS CIIOCOOHOCTH K
3aHSITHUSIM, COOTBETCTBYOIIIUM BO3PACTY.
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4. Orpann4eHre CnocoOHOCTH K OTYUYEHHUIO 00Pa30BaHMS — MOXKET
OBITH CBsI3aHO C MpeObIBAHUEM B OOJBHUIIE, COKpAIIEHHBIM YYeOHBIM
MJIaHOM, HEOOXOAMMOCTBIO HCIIOIb30BaHHS BCIIOMOTATEIbHBIX CPE/ICTB,
TEXHUYECKUX NMPUEMOB, HEBO3MOKHOCTBIO 00pa3zoBaHusi. TpyaHOCTH B
00y4eHUH MOTYT OBITh CBSI3aHbI C HapylIeHHEeM UHTeIekTa. C qpyroi
CTOPOHBI, CIIOCOOHBI PEOCHOK MMEET TPYIHOCTH B OOYICHHH, €CITH Y
HEro ecTh HapyIIeHNEe 3PEeHUs, WM OTKIOHEHHUS B MOBEACHHUH, HIIH OH
MOJIb3YETCA UHBATUAHOMN KOJISICKOM.

5. OrpannueHue CocOOHOCTH K Po(ecCHOHANBHON AESTENTLHOCTH
9TOT MOApa3/Aei KacaeTcs MOAPOCTKOB, KOIla CaMOCTOsITeIbHAs paboTa
HEBO3MOXHA WJIM TPEOyeT MPHUCYTCTBHSI TPETHETO JIMLA, CHEIHATbHBIX
YCIIOBUH, afjanTanuu padboyero aHs.

6. OrpaHn4eHus CoCOOHOCTH K MHTETPaIMH B 00IIECTBE OTpaHnye-
HHUE BO BCEX OOBIYHBIX BHJAX )KM3HU CBEPCTHUKOB, HAPYLICHUE JTMYHO-
CTH WJIM CHUYKEHHUE CIIOCOOHOCTH aJIeKBaTHO BECTH ce0sl, OTCTanBaHUE
B (PU3UUECKOM, TICUXUYECKOM HJIM COLMAIEHOM Pa3BUTUH TAKXKe BCIEI-
CTBHE M30JISILUHU B CIICLUATU3UPOBAHHBIX YUPEKICHUAX U OTCYTCTBUS
COLMAJIBHON MOIAEPKKU 10Ma WU CPEIH CBEPCTHUKOB.

Takum 00pazom, IPUHSIB 32 OCHOBY «MeXyHapOIHYIO HOMEHKJIATY-
Py HapylleHUM, OrpaHUYECHUN JKU3HENEATEIbHOCTH U COLMAIbHON He-
JOCTaTOYHOCTH», IPU OLIEHKE COCTOSTHUA PeOCHKa-MHBAINIA Bpad A0JI-
KEH ONpPENeNNTh, €CTh JIU y 3TOr0 OONBHOTO HApYyILIEHUs TPUBOISIIINE
K OTPaHUYCHUIO )KU3HEACATEILHOCTH U COLUAIBHON HEOCTaTOUHOCTH
nnu HeT. Ecim naetcs nooXUTeNbHBIN OTBET, TO He0OX0AuMa JaibHel-
nIasi JeTajau3anus ¢ BhIIEIEHUEM BaKHEHIUX 4epT HapyuieHus. OHu
MOJICKa3bIBaIM OBl TMYTH BMEIIATEIbCTBA WIIM TOMJEPKKH, KOTOPHIE
MOTYT TOHaJI00UThCs peOeHKy. [Ipn HamMuuy MHOKECTBEHHBIX HapyIIe-
HUH clleayeT BhIACISATh OCHOBHBIE, HanOoJee BasKHBIE.

KommiekcHasi oLeHKa BCeX TpeX KaTeropuii: HapylleHuil (motepst
CTPYKTYpBI WIH (PyHKIIMU HAa YPOBHE OpraHa), OrpaHUUCHUS )KU3HEAEes -
TEJIHHOCTH (PAacCTPOICTBO HA YPOBHE JMYHOCTH), COITHAIBHOMN HEO0CTa-
TOYHOCTH — TIO3BOJIMT MIPOBECTH MHTETPATILHYIO OIIEHKY MOCIEACTBUN
0OJIe3HU MJTH TPAaBMBI Y ACTCH-UHBAIUIOB.
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Ilpunoscenue

Tunbl *UMMYHOAe(PUUMTHBIX 3200J1eBaHU I

Tun HmmyHos0rn4eckune
Mexanusm
HMMYHOJe(UIINTOB OTKJIOHEHHUS
1 2 3

B-knerounsie

X-cBsi3aHHAs aram-
MarIoOyTHHEMHS

nedeKT NpoTenHKHHa-
361 bpytona-bpk, 6ok
co3peBaHus B-kieTok B
T1a3MaTHYECKHUE KICTKH

OTCYTCTBUC IJIa3MaTu4e-
CKHX KJIETOK, OTCYTCTBUE
AHTHUTCII

T'unep-IgM-cun-
JIpoM

ne(eKT IKCTIPecCHu
CD40L na T-xennepax,
BOBJICYCHHOH B aKTHBa-
1uuto B-xietok

camwkenne IgG n IgA,
runepnponykuus IgM

OO1mas Bapuabdens-
Hasl TUIIOraMMariio-
OynmuHeMUs

610k B quddepenuna-
uuu B-nmaMdornmTos B
I1a3MaTHYEeCKUE KIETKU

Majoe KOJIU4eCTBO IUla3ma-
THYECKHX KJIETOK, CHHYKEH-
HBbI yPOBEHb UMMYHOIJIO-
OynHOB

CeNeKTUBHBIN Jie-

OJI0K TIePEKITIOUCHHS

CHMKEHHOEC COACPIKAHUE

¢unut IgA n 1gC M30TONOB UMMyHOIo- | IgA u cy6kmnaccos IgC
cyOkiaccoB Oy/MHOBOB, MyTanuu B | 1, 2, 4, IOBBIIIEHHAs! BOC-
xpomocome 14q32 MIPUUMYHUBOCTH K HH(EK-
AN70%¢
Tpanu3utopHas 3aMeUIEHHOE CO3pEBa- | CHIKEHHOE COZepKaHne
THIIOraMMario0yiu- | HUe XelnepHoi (QyHK- IgC u IgA, B-xnetku

HEMUA HOBOPOKICH-
HBIX

105041

B HOpME

T-xnerounsie

Cungpom 0JI0K B CO3pEBAHUN 0TCyTCTBUE T-KIIETOK,

Hu-Jxoprxu T-knerok BpoxzaeHHas | Ig B HOpMe, THIIOKaIbLIME-
anyiasusi Tumyca MUsl, Ca3Mbl

XPpOHUUYECKUI OTCYTCTBHE KJIIOHOB [EPCUCTUPYIOLLMHI KaH-

KaHIHUI03 CIIU3H-
CTBIX

T-knerok, crieruUIHBIX
K KaHAuaaM

1103, 50% 60NbHBEIX
HUMEIOT SHIOKPHUHOTIATHH
(THIOTHPEOHTI3M)

Hedekr nmypun-
HyKIeotuadochopu-
Ta3bl

Ne(eKT Jerpaganun
MIyPUHOB, TIOPaXKEHHE
T-k1eToK TOKCUYHBIMU
MIPOJYKTaMHU

HU3KOe cofiepkanue T-kie-
TOK

Cungpowm Jlyn-bap

TIePEeKT IKCTIPECCHH
mouekyn 11 knacca, BbI-
paskarouuiics B 6J10Ke
[IO3UTUBHOM CENEKLUU
CD4 + numdornuros

HU3KO0e copepkanue CD4+
KJIETOK, CHI)KEHHOE YHCIIO
B-ki1eTok ¥ mUTOTOKCHYE-
ckux aumMpormros (LTIT)
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IIpooonincenue npunosncenusn

| 2

3

Kombunnposannslie (B- n T-xiieTounsie)

Tsoxenwrit
KOMOMHUPOBAHHBIH
AMMYHOJC(HUIIAT
(X-cBsi3aHHBIN)

0ok co3peBanus T-Kie-
TOK BCIICIICTBHUEC JCCKTA
raMma-Ienu perenTopoB
nutokuHoB (MJI-2, Un-4,
Wn-7, Un-13 u WI-15),
MyTtanuu rera Jak3

HU3KOe coziepkanue T-kie-
TOK, B-knetku u Ig

HedexT aneHo3uH-
Jie3aMUHA3bI

neeKT aerpanauu
[IypUHOB, MIOPAKEHUE
T-xJIeTOK TOKCHYECKHUMH
NPOAYKTaMU

HH3KOe cozepxkanue T-kie-
TOK, CHIJKEHHOe B-KiieTok
ulg

Perukynsipubiii auc-
TeHe3

HapyIIeHUe CO3PEBAHUS
T-uB-numdoruros, Mue-
JIOUJTHBIX KJIETOK

HU3KOe cozepkanue T- u
B-kneroxk, Ig rpanynouuro-
TICHHSI TPOMOOIIUTOTICHHSI

Hedexr RAG 1/2

MyTtanuu reioB RAG 1/2

HU3Ko€e copepxanue T- u
B-xierok, Ig

Hedumur ZAP70

MIPOTEHHKUHA3a, BOBJIC-
YeHHas B Iepeaady CHr-
Haa I TO3UTUBHOM
cenexuuu CD8+ u co3pe-
Banus CD4+ kireTox

orcyrcTBue CD8+ kierok,
HOpMaJIbHbIN YPOBEHb
CD4+ xJ1ieTok, He OTBEYarO-
[IUX Ha aHTUTCH

Hedurur TAP-2

myTanuu reHos TAP-2

B-knerxu u Ig B HOpM™e,
camkensl CD8+,
CD4+ B HOpMeE

Cungpom Buckorr-
Onnpuaa

X-cBsi3aHHBIHN, TEPEKT
wasp-TeHa, Hu3Kas
DKCIIPECCHS CHAJIOTIIN-
xonporenHa CD43,
HapyIICHUE CO3PEBAHMUS
CTBOJIOBOM KJICTKHU

TSDKEII0€ TIOPaKEHHE TyMO-
PaIbHOTO M KJICTOYHOTO
UMMYHUTETA, PaK U ay TOUM-
MYHHBIH [POILIECC, IK3eMa,
TPOMOOTIMTOTICHHSI

AYTOMMMYHHBIE
aumdonponudepa-
TUBHBIC 3a00JICBa-
HUSA

nedexr fas-aHTureHa,
BOBJICUCHHOTI'O B CO3pe-
BaHME M aKTHBAIHIO
arnonTo3a

HapylleHue anomnros3a B- u
T-K/1€TOK, ayTOUMMYHHBII
poLecc

darouurapHbie

XpoHuvecKue rpany-
JIeMaTo3HbIE 3a00J1e-
BaHUS

X-CBsI3aHHBIE U ayTO-
coMaibHas GOPMEI Jie-
(heKTa OKNCITUTENBHBIX
MHUKPOOHIINAHBIX CHCTEM
MHUKpO- ¥ Makpodaron

CHIKEHHBIN KWIIHHT (a-
TOLIUTHPOBAHHBIX MHKPO-
OpraHu3MOB, 00pa3oBaHNe
TpaHyJIeMBbI
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IIpooonicenue npunosncenus

1

2

3

JedexTt aare3mBHBIX
MOJIEKYJI JIEUKOLIU-
TOB

ne(eKT B CHHTE3e TeTei
OeTa-uHTErpUHOB

HapyleHHe MUTPAlnH
JICWKOIIUTOB B TKaHH, CHU-
xerne pyukun LTI n
B-Kk1eTok, KOKHBIE SI3BBI,
TIEPHOJIOHTHT, ME/IJIEHHOE
3)KUBJICHHE PaH

Cunnpom Yenmak-
Xwuramm

nedekr ciausuus haro- u

JIM30COM

CHIDKEHHBIH KHJUTAHT (paro-
LATUPOBAHHBIX MUKPOOpPra-
HHA3MOB

Heduur G6PD nedekt HeHTPO(UIIOB U | CHIIKEHHBIN KHUJUTHHI,
Makpodaros aHeMHUs

XpoHHUUECKUI X-cBsi3aHHBIN 1e(eKT CHIDKCHHBIN KMJUTHHT OaK-

rpaHyJeMaro3 nuToxpoma B Tepuil HeWTpopuIaMu n

Makpodaramu

Hedexr Mopa)keHUe HEUTPou- | CHIIKEHHBIH KUITMHT

MUEJIONEPOKCUAa3hl | JOB

Jedekr penenTropa | OTCYTCTBHE PELENTOPA | HCKITFOUUTENIBLHO BBICOKAS

ramMma-uHTepepoHa

Ha HeHTpoduIax, MOHO-
LUTaX, €CTECTBEHHBIX
KHJUIEpax

BOCIIPUUMYHUBOCTH K MHKO-
OaxTepusiM

CucremMbl KOMIUICMEHTA

Clq cyOkOMITOHEHT

neheKT XpoMocoMblI |

peBMaTOUIHBIE 3a00eBa-
HUSI, CHCTEMHasl KpacHast
Bomuanka (CKB), nH}pek-
02051

Clr nedekr xpomocomsl 12 | CKB-nomoOHbIH cuHIpOM

C4 neheKT XpoOMOCOMBI 6 peBMaTOUIHbIE 3a00IeBa-
Husi, CKB, nndeximu

C2 IePEeKT XPOMOCOMEI 6 CKB-110100HBI# CHHIPOM,
BaCKYJIUTBI, TOJIMOMU O3~
TBI

C3 nedekt XxpoMocombl 19 | Bo3BpaTHBIE THOWHBIC UH-
dhexuuu

C5 IePEeKT XPOMOCOMBI 9 HeliccepranbHast HHEK-
musi, CKB

C6 Je(eKT XpOMOCOMBI 5 HeliccepranbHast HHPEK-
uusi, CKB

C7 Je]eKT XpOMOCOMBI 5 HeliccepraibHast HHpEK-

s, CKB, BacKymIuTEI
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Oxonuanue npUi0Icenun

1 2 3

C8a neheKT XpoMocombl | HelccepranbHas HHPEK-
umsi, CKB

Cgb _/I_ _II_

C9 Je(eKT XpOMOCOMBI 5 HeliccepraibHasi HHpEK-
ST

Clinh. nedekt xpomocomsl 11 | HacIeACTBEHHbIAHT HOHEB-
POTHYECKHH OTEK

®akrop H nedeKT XpoMocombl | BO3BpaTHasi THOMHAs UH-
dheknus

®axrtop D JIOKATTM3aIys HEM3BECT- | HeliccepruaabHas HH(EK-

Ha st
IIponepaun nedexT xpomocomsl 10 | HeliccepruanbHas MHPEK-

LMt

LII/ITOKI/IHOBLIC 1 XCMOKHWHOBBIC

Jedunut mutoxu-
HOB, XEMOKHHOB 1
UX PELENTOPOB

(YHKIMOHATBHBIN Jie-
¢exr 18 uuroknHoB u 40
XEMOKHHOB

HapyIIeHHE MEXKIICTOU-
HBIX KOHTAKTOB, IIPOBE-
JICHUE PETYISTOPHBIX
CHUTHAJIOB, aKTHBAIN
MMMYHOKOMIIETEHTHBIX
KJICTOK
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